INTRODUCTION
P hacomatosis pigmentovascularis (PPV), described first in 1947 by Ota, [1] is an association between cutaneous vascular malformation and pigmented nevi, suggesting a defect in the migration of neural crest cells. There is no sex predilection, but is seen more commonly among the Japanese. [2] Since its first description in 1947, 222 cases of PPV had been published till 2007. Subsequently a few more cases have been published. [3] [4] [5] First Indian report of PPV was published in 2010. [3] We report a 5-week-old male infant with coexisting extensive nevus flammeus and pigmentary nevus, on account of its rarity.
CASE REPORT
A 5-week-old male infant born of nonconsanguineous marriage was seen in the skin outpatient department, with pigmentary abnormalities since birth. The child was born full term through normal vaginal delivery. Mother denied the history of any infection or drug intake during pregnancy. None of the family members had similar lesions.
There were multiple large sized Mongolian spots on the trunk, buttocks and legs with extensive nevus flammeus involving face, chest, abdomen, and flammeus coexisting with pigmentary nevi. The pigmentary nevus of phacomatosis cesioflammea usually corresponds to a nevus of Ota, a nevus of Ito, or a Mongolian spot. Associations include aberrant Mongolian spots, nevus anemicus, pyogenic granuloma, Becker's nevus, renal angiomas and renal agenesis. These patients can also have clinical manifestations of Sturge-Weber syndrome and Klippel-Trenaunay syndrome. [2] The nosology and classification of PPV have been confusing. Hasegawa and Yasuhara [1] classified PPV into four types. Each type involves a nevus flammeus with an additional nevus, and is further divided into subtypes a and b. Subtype "a" has cutaneous involvement only while subtype "b" has extracutaneous involvement. In 2003 Torello described Cutis marmorata telangiectasia congenita with Mongolian spot as a type V variant of PPV. [7] In 2005, Happle proposed a newer and simplified classification scheme for PPV including four different categories: [8] • Phacomatosis cesioflammea which associates blue spots to nevus flammeus • Phacomatosis spilorosea which is characterized by the coexistence of nevus spilus and a pale-pink nevus • Phacomatosis cesiomarmorata, the association of a blue spot with cutis marmorata telangiectatica congenita • Unclassifiable PPV.
Phacomatosis pigmentovascularis, usually follows one of the patterns proposed by Happle. [9] In the isolated published cases and in the series of Vidaurri-de la Cruz et al., the most common pattern of mosaicism was patchy pattern without midline separation, accounting for 79% of cases. However, in our patient, there was checkerboard type of pattern.
Being a benign nevoid condition, PPV usually requires no treatment in the absence of systemic abnormalities. However, in patients who desire cosmetic improvement, it has been suggested to treat that pigmentary nevus first with Q switched Nd: YAG laser followed by pulse dye laser for nevus flammeus. [10] 
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